Chiari III malformation is the rarest of the three classes of hindbrain anomalies described by Chiari in 1891.\[[@ref1]\] There is herniation of the posterior fossa contents into an associated occipital or high cervical cephalocele with the other features of a Chiari II malformation.\[[@ref2]\] Patients have severe neurological defects and a poor prognosis.\[[@ref3]\] Abnormalities noted on MR imaging include encephaloceles containing varying amounts of brain tissue, ventricles, cisterns with petrous and clivus scalloping, cerebellar hemisphere overgrowth, cerebellar tonsillar herniation, deformed midbrain, hydrocephalus, corpus callosal dysgenesis, posterior cervical vertebral agenesis and spinal cord syrinx.\[[@ref4]\] The size of the sac, its contents, presence of hydrocephalus, infections and other associated abnormalities are associated with a bad prognosis.\[[@ref5]\] We report a rare case of asymptomatic Chairi III malformation in a neonate with associated short posterior fossa, high arched tentorium, tectal beaking and holocord syrinx which was treated surgically at our institute.

This was a case report of a 1-month-old male child weighing 3 kg who was a full-term normal delivery, born of nonconsanguineous parents. He had large occipital and upper cervical encephalocele which was 6 cm × 4 cm in size, fluctuant, non-tender, non-pulsatile and only partially transilluminant. The skin over the swelling was normal with dilated veins. He was taking feeds adequately, had a good respiratory effort and was moving limbs spontaneously and symmetrically. The antenatal history was uneventful.

Magnetic resonance imaging revealed an occipital encephalocele with herniation of a major portion of the cerebellar contents into it. There was associated tectal beaking and holocord syrinx \[Figures [1](#F1){ref-type="fig"}--[3](#F3){ref-type="fig"}\].

![T2 weighted axial magnetic resonance imaging showing occipital encephalocoele](JPN-8-254-g001){#F1}

![T2 weighted magnetic resonance imaging demonstrating holocord syrinx](JPN-8-254-g002){#F2}

![T2 weighted magnetic resonance imaging showing Chiari III malformation with occipital encephalocoele, herniated cerebellar tonsils along with tectal beaking](JPN-8-254-g003){#F3}

Patient was operated for the encephalocoele and contents reduced, dysplastic elements excised. C1-2 laminectomy was done along with dural repair to accommodate the tonsillar herniation.

The child withstood the procedure well and was discharged on day 8 after suture removal.

Dr. Hans Chiari first described three hindbrain disorders associated with hydrocephalus in 1891. They have neither an anatomical nor embryological correlation with each other, but they all involve the cerebellum and spinal cord and are thought to belong to the group of abnormalities that result from failure of normal dorsal induction. These include neural tube defects, encephaloceles and spinal dysraphic abnormalities. Symptoms range from headache, sensory changes, vertigo, limb weakness, ataxia and imbalance to hearing loss. Only those with a type I Chiari malformation may be born grossly normal.\[[@ref6]\]

Chiari III malformation is the rarest of the Chiari malformations. Its embryogenesis is based on unifying theory which holds true for both Chiari II and III formation.\[[@ref7][@ref8]\] According to this theory, an open neural placode allows cerebrospinal fluid to escape from the central canal of the caudal neural tube. The interference with adequate enlargement of the telencephalic and rhombencephalic ventricles causes less support for the telencephalic hemisphere (resulting in disorganized migration of neurons from the ventricular zone, producing cortical heterotopias, gyral anomalies and callosal dysgenesis) and the rhombencephalon (influencing cerebellar and brainstem development), respectively. Our patient had in addition to the suboccipital encephalocoele, a small posterior fossa, high tented tentorium cerebelli, tectal beaking along with a holocord syrinx.

Chiari III malformation usually has a dismal prognosis with most reports stating an early death and severe disability.\[[@ref9]\] Raimondi, however, has stated that occasionally, elements in the encephalocele sac are necrotic, gliotic, or may represent heteropia or meningeal fibrosis and therefore, are amenable to excision without increasing neurological deficits.\[[@ref10]\] Similarly in our case, the dysplastic cerebellar tissue was excised and C1-2 laminectomy performed to accommodate herniated cerebellar tonsils. The child had tolerated the procedure well and is on regular follow-up.
